Megalencephalic leukoencephalopathy with subcortical cysts (MLC) is a rare disease first described by van der Knaap et al, in 1995. MLC is a relatively new entity of neurodegenerative disorder of autosomal recessive inheritance characterized by infantile onset macrocephaly, cerebral leucoencephalopathy, mild neurological symptoms and an extremely slow course of functional deterioration. The degree of macrocephaly is variable and can be as much as 4-6 SD above the mean. Almost all patients have seizures from an early age. Some patients have died in their 2nd and 3rd decades but few may live till fourth decade. We report a case of 5-year-old girl diagnosed to have this disease.
(T1 weighted, Fluid Attenuated Inversion Recovery (FLAIR), T2 Weighted, diffusion weighted, post contrast T1 weighted and Phase sensitive inversion recovery images) showed diffuse altered supratentorial white matter signal intensities appearing hypointense on T1W, and hyperintense on FLAIR and T2W. In addition, large welldefined subcortical cysts were noted in bilateral anterior temporal lobes (Figs. [1] [2] [3] [4] [5] [6] . There was sparing of internal capsule, corpus callosum and brain stem. MR spectroscopic traces showed relatively preserved and slightly lower NAA and mildly elevated choline on intermediate TE.
Discussion
Megalencephalic leukoencephalopathy with subcortical cysts was first described by van der Knaap et al. in 1995.
1 MLC is a rare disease with a low carrier rate. The disease has a high incidence in Agarwal community in India and Jewish community with consanguinity being a high risk factor. Macrocephaly is present at birth or, more commonly, develops within the first year of life in all patients. Almost all patients have seizures from an early age. Early development is normal or mildly delayed. Slow deterioration of motor functions with cerebellar ataxia and mild spasticity usually starts in early childhood. Some patients have extrapyramidal movement abnormalities with dystonia and athetosis, usually as a late finding. Mental decline occurs later and is much milder than motor decline. 8 In typical cases, the MRI findings are often diagnostic of MLC, MRI shows 'swollen white matter' and diffuse supratentorial symmetrical white matter changes in the cerebral hemispheres with relative sparing of central white matter structures like the corpus callosum, internal capsule, and brain stem. Subcortical cysts are almost always present in the anterior temporal region and are also frequently noted in the frontoparietal region. Grey matter is usually spared. Gradually the white matter swelling decreases and cerebral atrophy may ensue. The subcortical cysts may increase in size and number.
The differential diagnosis of MLC includes, Alexander disease, Cystic leukoencephalopathy without megalencephaly, Vanishing white matter disease, Canavan's disease and Glutaric aciduria type 1. These conditions have relentlessly progressive infantile onset leukoencephalopathy that is frequently fatal within first decade of life, however MLC has remarkably slow course of deterioration in neurologic function. MLC must be included in differential diagnosis of macrocephaly with early onset leukoencephalopathy. 7 In Alexander disease frontal lobe white matter involvement with post contrast enhancement is seen and also parietal white matter, internal and external capsules and basal ganglia may be involved. In vanishing white matter disease extensive symmetric CSF-isointense white matter changes and radiating cystic degeneration would be seen. In Cystic leukoencephalopathy without megalencephaly bilateral temporal subcortical cysts and multifocal lobar white matter lesions showing hypointensity on T1W and hyperintensity on T2W and FLAIR with central white matter sparing will be seen. In Canavans disease diffuse involvement (including subcortical U fibers) of white matter with markedly increased NAA on MR spectroscopy noted. In glutaric aciduria type I frontotemporal atrophy, "bat wing" dilatation of Sylvian fissures, increased T2W intensity in bilateral caudate nuclei, putamen and delay in myelination is seen. 
